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1. INTRODUCTION {#ccr31789-sec-0001}
===============

Spiradenoma is a rare and benign cutaneous tumor of unknown etiology. It is thought to develop from eccrine sweat glands and most often presents as a solitary and painful nodule. We report a rare and original case of spiradenoma, presenting with multiple lesions in a segmental and blaschkoid arrangement with a secondary malignant transformation.

2. CASE REPORT {#ccr31789-sec-0002}
==============

We report a case of a 30‐year‐old man, with no significant past medical history, who presented with a 20‐year history of multiple asymptomatic nodular lesions on the left side of his body. He presented to our dermatology clinic due to a recent change in two of these lesions. The clinical examination revealed multiple nodular and painless firm lesions, measuring 1.5‐3 cm in diameter, with a segmental arrangement according to Blaschko lines on the left side of the body (Figure [1](#ccr31789-fig-0001){ref-type="fig"}). The lesions which had prompted the patient to present to dermatology included a 3 × 2 cm painful, firm, supraorbital nodule, deforming the eyebrow (Figure [2](#ccr31789-fig-0002){ref-type="fig"}A); and a 3.5 × 3.5 cm painful paraumbilical ulcerated and oozing nodule(Figure [2](#ccr31789-fig-0002){ref-type="fig"}B). There was no evidence of lymph node enlargement, and the rest of the clinical examination was normal.

![Multiple nodular and painless firm lesions, measuring 1.5‐3 cm in diameter, with a segmental arrangement according to Blaschko lines on the left side of the body](CCR3-6-2086-g001){#ccr31789-fig-0001}

![A, 3 × 2 cm painful, firm, supraorbital nodule, deforming the eyebrow. B, 3.5 × 3.5 cm painful, firm, paraumbilical ulcerated and oozing nodule](CCR3-6-2086-g002){#ccr31789-fig-0002}

Histological examination of three similar nodular lesions was in favor of a benign eccrine spiradenoma. However, the histological aspect of the two suspicious lesions showed poorly differentiated tumors not connected to the epidermis (Figure [3](#ccr31789-fig-0003){ref-type="fig"}A), made of a double cell proliferation: light‐core cells and smaller cells with a dense nucleus, with the presence of 4‐5 mitoses/10 fields and without vascular emboli (Figure [3](#ccr31789-fig-0003){ref-type="fig"}B). The immunohistochemical study of these two tumors revealed a proliferation index at 20% (by ki67 antibody), and a moderate labeling of 30% of the tumor cells by anti‐P53 antibody, a proliferation marker. The histological study and the immunohistochemical profile were consistent with a bifocal indolent spiradenocarcinoma. Radiological assessment did not reveal any distant metastases. Total excision of the two lesions was performed under local anesthesia with 1‐cm margins. The patient showed a good evolution without recurrence after a follow‐up of 18 months.

![A, hematoxylin‐eosin, original magnifications ×40. Badly limited tumor not connected to the epidermis. B, hematoxylin‐eosin, original magnifications × 600. Moderate to marked cytonuclear atypia with mitoses](CCR3-6-2086-g003){#ccr31789-fig-0003}

3. DISCUSSION {#ccr31789-sec-0003}
=============

Eccrine spiradenoma is a rare and benign adnexal tumor originating from the cutaneous eccrine sweat glands. Its exact etiology is unknown. It usually presents as a single solitary and painful nodule with only 3% of the cases being multiple nodules.[1](#ccr31789-bib-0001){ref-type="ref"} Our patient presented with multiple nodules with a blaschko‐linear segmental arrangement most likely evoking an underlying cutaneous mosaicism according to the classic dichotomous pattern of Happle.[2](#ccr31789-bib-0002){ref-type="ref"} No similar cases were noticed in his family. Twenty‐three cases of segmental spiradenomas have been described in the literature, of which only three cases have a blaschko‐linear distribution of the lesions.[3](#ccr31789-bib-0003){ref-type="ref"} Autosomal dominant transmission has been suggested but not confirmed. These tumors occur in young subjects with an average age of 29.8 years.

Eccrine spiradenoma is among the most painful skin tumors. Pain is present in 91% of patients and helps in establishing the diagnosis. Pain is discontinuous and intermittent, but its absence does not eliminate the diagnosis as in the case of our patient.[4](#ccr31789-bib-0004){ref-type="ref"}

Tumor growth is considered to be extremely slow. Malignant transformation is possible after a long latency period of 20‐30 years, most commonly involving multifocal eccrine spiradenomas.[5](#ccr31789-bib-0005){ref-type="ref"} Cases of de novo spiradenocarcinomas have been described in the literature.[6](#ccr31789-bib-0006){ref-type="ref"}

Spiradenocarcinoma is a very rare and aggressive tumor of eccrine sweat glands, described for the first time in 1972 by Kersting & Helwig.[7](#ccr31789-bib-0007){ref-type="ref"} It mainly affects young adults and can occur anywhere on the body with a predilection for the trunk and cephalic areas.[8](#ccr31789-bib-0008){ref-type="ref"} Clinically, the lesion presents a progressive change in its characteristics and the pain remains inconstant. The diagnosis is based on histology and immunohistochemistry. The evolution is aggressive with local recurrences and the possibility of metastases, especially to the lymph nodes, bones, lungs, liver, and brain.[8](#ccr31789-bib-0008){ref-type="ref"} The management of spiradenocarcinoma is not consensual, the treatment of choice is surgical excision with wide margins of 1‐3 cm. External radiotherapy may be useful in preventing local recurrences, but the role of chemotherapy and hormonotherapy is not yet established.[9](#ccr31789-bib-0009){ref-type="ref"} The follow‐up of patients with spiradenocarcinoma should be very regular because of their poor prognosis; up to 39% of mortality is noticed in the absence of treatment.[10](#ccr31789-bib-0010){ref-type="ref"}
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